History.-The abnormality of his skin has been present from birth. Except for some increase in the size of the warty excrescences there has been little material change over years.
On examination.-A man of average stature. Although he has no schooling he seems of normal intelligence. The whole of the skin shows a marked degree of ichthyosis, the general impression being that of an adult harlequin foetus. The scalp, axille, face, eyebrows and pubic areas are completely hairless. The scalp is covered with laminated scales. Black or brown warty excrescences of varying sizes occupy the axillk, bends of elbows, groins and pubic regions. The wrists are also affected. Nails are thickened on hands and feet. On the shoulders and upper thoracic areas there is very marked hyperkeratosis resembling plates of armour; cracks between the main masses are in places I in. deep. A less degree of the same process is on the nape of the neck and abdomen. T. H., aged 53. Bricklayer.
History.-An eruption has been present on the scalp and the "bats-wing" area of the face for twelve years. This began during a second attack of ? rheumatic fever (he had a similar fever in 1921). His only other complaint has been of a few scaly patches on the sternum and between the shoulder blades. He does not remember any blisters on the trunk prior to admission but does recall frequent vesiculation on the ankles. In February 1948 the patient was seen by Dr. Sydney Thomson, who found erythema with thick greasy scaling over both malar regions, and in the scalp, particularly over both temporalis muscles. A few scaly plaques were present over the sternal and interscapular regions. In view of the marked plugging and the distribution of the lesions, Dr. Thomson diagnosed an unusual form of lupus erythematosus and recommended ten weekly injections of bismuth. The patient's condition remained the same, however, and he was admitted to hospital on November 25, 1948.
Since admission an eruption has appeared on the trunk and limbs consisting of vesicles in small herpetiform groups surrounded by mild erythema. A few bullk (up to 1 2 cm. in diameter) have also been seen. The vesicles break into red oozing areas which heal quickly, leaving brown pigmented macules.
The first crop of vesicles appeared on the fifth day of sulphathiazole therapy (1 gramme t.d.s.). In addition pyrexia developed six days later, i.e. on the eleventh day of sulphathiazole treatment. The fever subsided at once on stopping the drug, but recurred six days later, soon after starting a course of phthalylsulphathiazole (2 grammes t.d.s.). The latter was given for forty-eight hours only, and when it was stopped the temperature fell at once to normal. No fresh vesicles were seen during this second sulphonamide course, but several crops have appeared since then. The face has gradually improved, the scaling showing marked diminution. Present condition.-Skin: Erythema and scaling are present over the "bats-wing" area and slightly on the forehead. The scales are thick, damp and greasy. Removal of these scales reveals spines on their under surfaces and the corresponding raw areas show marked pitting. Similar scaling is present in the scalp. Neither atrophy nor telangiectasia is present.
On the trunk and limbs there are many raw red areas surrounded by scaly remnants of vesicles, together with many small erythematous plaques which are covered by thin greasy scales. Much macular pigmentation is present on the chest and back.
Nikolski's sign absent. Histology. The epidermis shows acanthosis with slight cedema of both the rete and the papillke. The suprapapillary part of the rete is narrowed. The granular layer shows interruption but is not completely absent. In one section there are the remains of a superficial intraepidermal vesicle.
In the corium the collagen has a rather glassy appearance. There is a subpapillary infiltration which is predominantly round-celled in type. The classical changes of lupus erythematosus are not seen.
Comment. Although the patient has a history of skin trouble for twelve years, his first severe generalized vesicular eruLption appeared in November 1948, on the fifth day of a sulphonamide course. He had no temperature at that time, but he did develop fever six days later. This subsided rapidly on withdrawal of the drug. We wondered if this eruption could be an uncommon form of sulphonamide reaction but the short course of phthalylsulphathiazole a week later produced marked pyrexia only. No fresh vesicles appeared at this time. It appears, therefore, that although he shows febrile reactions to sulphonamides his rash is not directly provoked by them. We consider that this is a case of Senear-Usher syndrome with an unusual history. Cultures of stools obtained shortly after each sulphonamide course showed almost pure growths of facal streptococci and it is possible that the change of intestinal flora produced by the sulphonamides could have influenced the skin. An autogenous vaccine prepared from these organisms is to be tried. POSTSCRIPT (20.1.49 ).-The lesions on the trunk and limbs are much improved after six injections of autogenous vaccine. The face and scalp are unchanged.
Dr. H. W. Barber: I agree with the diagnosis of the Senear-Usher syndrome. The Section may be interested to hear of a case that, I think, confirms the view that the different types of pemphigus and dermatitis herpetiformis are really varieties of the same disease. The patient was a middle-aged lady whom I saw in consultation with Dr. Elizabeth Hunt some years ago. At that time she had the characteristic eruption of pemphigus foliaceus involving the whole surface of the skin, and her condition was serious. The earlier lesions, however, which had appeared on the back and chest and had first been diagnosed as seborrhceic dermatitis, must have been those of the Senear Usher syndrome. She was treated with stovarsol. After a time the picture changed. Whereas on the face and upper trunk the pemphigus foliaceus persisted, the lower part of the body and legs cleared, but on them appeared lesions of bullous pemphigus.
Under further treatment the area of pemphigus foliaceus diminished still further, and the large bullous lesions vanished, but she then deve!oped quite typical dermatitis herpetifoimis on the trunk and limbs. This too, disappeared, but was followed by characteristic lesions of the Senear-Usher syndrome.
I have not seen her for over two years, but she has written to say: " I have had no further ouitbreak, except for a few small blisters which quickly disappear. The other few remaining spots which I had when you last saw me, are still there, but I think they are improving. My ears are not quite healed yet. " Dr. W. J. O'Donovan: The view which Dr. Barber has put forward will, I hope, be widely accepted. In our early days the divisions between one form of bullous eruption and another gave us great anxiety both theoretically and at the bedside. All of us, seniors, by now have struck cases which in their individual evolution have developed every described variety of pemphigus. It is a proper conclusion that the attempts we made to distinguish between type and type were attempts to refine refined gold. A synthesis of pemphigus is timely, indeed it is overdue. My late distinguished predecessor, Dr. J. H. Sequeira, would seldom make a positive diagnosis of pemphigus in difficult bullous eruptions. He spoke of them as "pemphigoid" eruptions and those that died were to him most certainly pemphigus. I do not think I have heard this view publicly expressed in this room before. I subscribe to it whole-heartedly.
The following cases were also shown: Mycosis History.-Bulke noticed at birth, especially in areas subjected to traction and pressure during delivery. At 3 months, multiple bullous mucosal and skin lesions appeared in response to mild trauma, and shedding of the nails commenced, which was complete at 8 months. The condition was thought to be pemphigus neonatorum and general protective measures were instituted. When the child was 5, she was seen by the late Dr. J. H. Sequeira who diagnosed epidermolysis bullosa. Since then there has been slight amelioration of the condition, but scarring and some contractures have occurred. The child has been sent to a special school, where her intelligence has been found to be above average. For several years she has had difficulty in swallowing, especially with solids, partly because of oral bullx and partly due to immobility of the tongue. She also suffers from constipation due to anal lesions. Three months ago she saw Mr. Cradock Henry concerning her teeth and was admitted to The Hospital for Sick Children, Great Ormond Street, where two carious teeth were extracted and others filled. This led to many new oral lesions of a necrotic type which healed very slowly.
Family history.-No family history of epidermolysis bullosa. No consanguinity of parents. Sister died at 1 month of spina bifida.
On examination.-Intelligent cheerful child. Generalized deficiency of subcutaneous fat. Complete absence of toenails and fingernails. Tongue atrophic and smooth and anchored so that it cannot be protruded beyond the teeth. Teeth: gross dental caries. Hair normal. Conjunctivae normal. Skin: Occasional bulle over thighs, shins and fingers. Red atrophic scarred lesions over pressure points and areas of previous trauma. These are associated with many milia inclusion cysts. Mild contractures of hands and wrists.
Histology.-Cleft between dermis and epidermis. Epidermo-dermal junction flattened.
Capillary dilatation. Decrease in elastic tissue in superficial part of corium.
Dr. R. T. Brain: I have very little to add except that the diagnosis presented difficulty in the West Country until seen by the late Dr. Sequeira. I have had another case at Great Ormond Street of the recessive type. The child developed chronic granulomatous reactions. A third case seen with Professor Sorsby presented acquired webbing of fingers and toes to the first interphalangeal joints. There was also essential shrinking of the conjunctiva, with complete blindness of one eye. Therefore I think that cases of the dystrophic type of epidermolysis bullosa are liable to present themselves in a number of odd forms, but here it is more characteristic.
Dr. C. H. Whittle: The case is associated with a family in which one child, who had died, had suffered from congenital heart disease-another developmental departure from normal. History.-The eruption first appeared at the age of six months and was then irritable. The regions involved were more extensive than at present because the face was severely
